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ability rates were almost the same during the study period (80% vs
76%; McNemar test, P  .5).
Finally, as level I evidence4 has clearly demonstrated that the
treatment for small abdominal aortic aneurysms (AAA) is unnec-
essary and given that EVAR suitability does not change during
surveillance, as demonstrated in our study, we could not agree
more with Dr Palamara,5 who in a previous letter to the editor of
this journal appropriately expressed that randomized clinical trails
involving EVAR for small AAAs are “neither morally nor scientif-
ically justified”.
Please note a correction in original manuscript. The third
sentence in the last paragraph of the discussion should read: “If an
aneurysm is not suitable for EVAR when surgical repair is war-
ranted, it is likely that the aneurysm was unsuitable for EVAR
during most of its natural history.”
Franklin S. Yau, MD
Baylor Medical Center at Garland
Garland, Tex
Carlos H. Timaran, MD
University of Texas Southwestern Medical Center
Dallas, Tex
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Regarding “Popliteal arterial aneurysm associated
with Klippel-Trénaunay syndrome: Case report and
literature review”
I enjoyed your Case Report of Popliteal Artery Aneurysm on
Klippel-Trénaunay (KTS) patient,1 and also, your reply to the
Letter to the Editor from H. Komai.2 However, there seems to be
unnecessary confusion on the pathogenesis of arterial aneurysm/
arterial dilatation on both reports, which represents “truncular”
form of arterial malformation (AM), although you referred to it
briefly in your report.
AM is one of various congenital vascular malformations
(CVMs)3 and its “truncular lesion” is the result of the develop-
mental arrest in the “latter” stage of embryogenesis. It often
remains along the line of aplasia/hypoplasia/hyperplasia.4
Therefore, it does not possess mesenchymal cell characteristics
of evolutional power to grow; only embryonic tissue remnant from
the “earlier” stage of embryogenesis has, which we call “extratrun-
cular” lesion.
Your observation is typical truncular AM lesion, as you have
already shown in the histology. This truncular lesion lacks suffi-
cient lamellae of smooth muscle cells within the media as its
characteristic. Depending upon the severity, location, and “post-
natal” hemo-arterio-dynamics, this lesion will progress to an aneu-
rysmal condition or stay as “ectatic”condition, which is not un-
common.
Based on this fundamental defect in the arterial wall structure,
it would become more susceptible to pathological change (eg,
atherosclerosis) such as Dr Komai’s case, as you properly specu-
lated in your reply, and the pathogenesis of both cases of the report
is embryonic tissue defect at the latter stage of embryogenesis
resulting in abnormal arterial wall.
Therefore, understanding of embryologic background is war-
ranted for the proper management of this “truncular” form of
arterial malformation.
I also noticed that the “old” name-based nosology/term such
as Klippel Trénaunay Syndrome added more confusion; this old
term failed to fulfill its mandate as a proper classification for various
congenital vascular malformations (CVMs).5
We try to discourage its further use, at least among the
professionals who adopted the Hamburg Classification.6
Any vascular malformation can be involved to KTS but in the
traditional KTS, it generally consists of venous malformation (VM)
and lymphatic malformation (LM) in addition to capillary malfor-
mation (CM) known as “port wine stain”. This “combined form”
of CVM is generally represented by “hemolymphatic” malforma-
tion (HLM) in the new classification.
Occasionally, HLM has additional CVM known as AV mal-
formation (AVM), which condition has been called by a different
name: Parkes Weber Syndrome.
Now, if you should have such AM in addition to all other
CVMs, what is the use for such name-based nosology for the
practical management after all?
I do congratulate you for such an important report, which
would have been a lot better if its embryologic, pathophysiologic,
and hemodynamic backgrounds were included as one of the
CVMs.
Byung-Boong Lee, MD, PhD, FACS
Professor of Surgery & Co-Director, Center for Vein,
Lymphatics, & Vascular Malformation, Georgetown University
School of Medicine, Washington DC
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Reply
In his letter to the editor, Professor Lee mentioned that our
observation could correspond with a typical truncular arterial
malformation lesion, which lacked sufficient lamellae of smooth
muscle cells within the media and would progress to an aneurysmal
condition or stay as ecstatic condition, to no small extent, depend-
ing on the severity, location, and postnatal hemo-arterio-dynam-
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ics. He also suggested that the so-called Klippel-Trénaunay syn-
drome included wide and obscure disease entity and had better
term to be hemolymphatic malformation (HLM).1
We also speculated that the fundamental mechanism of aneu-
rysm formation in our case could attribute to congenital wall
deformity as described in the article. However, the incidence of
arterial aneurysms with this capillary-lymphatic-venous malforma-
tion was not so frequent,2,3 contrary to theoretical expectation. In
addition, other part of the arterial system in our case did not show
any dilatation. The mechanism of aneurysm formation appears to
be so complex that additional factors, such as mechanical stress,
seem to be necessary.
We have paid serious attention to the Hamburg Classification.
We used old nomenclature of Klippel-Trénaunay syndrome in the
article, because the names of final subgroups in Hamburg Classi-
fication were not readily identifiable with their clinical counter-
parts. However, we should have commented on the classification
of vascular malformation in the article.
Daisuke Akagi, MD, and Tetsuro Miyata, MD
The University of Tokyo, Tokyo, Japan
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